Argininosuccinase deficiency (McKusick 20790) (ALD) is an autosomal recessively inherited inborn error of the urea cycle. The neonatal form presents with hyperammonaemia and encephalopathy. The survivors have intellectual impairment and varying degrees of hepatomegaly associated with mild abnormalities of liver functions (Batshaw et al., 1982) . Although the hepatomegaly is present in the first few weeks of life and the synthetic function of the liver is preserved, the long-term outcome for the liver is unknown (Flick et at., 1986) . We report vitamin K non-responsive coagulopathy secondary to chronic liver disease in a patient with argininosuccinase deficiency.
Epstein-Barr virus or human immune deficiency virus were detected. Activities of coagulation factors II (55% of normal), V (37% of normal), IX (47% of normal) and protein C antigens (63% of normal) were decreased, whereas activities of VII (95%) and X were normal. Fibrin split products were (1:5) negative. Inhibitor screen to detect a circulating anticoagulant was negative. Antithrombin (AT III) was normal (95%).
PT and PTT did not show any improvement after intravenous administration of vitamin K or after transfusion with fresh frozen plasma (FFP). In fact, the PTT was further prolonged 2 and 24 h post-FFP transfusion and the plasma ammonia rose from 53 to 88/~mot/L in 2 h.
To our knowledge, this is the first report of chronic coagutopathy in a patient with argininosuccinase deficiency. 18 children with ALD followed up to the age of 5 years were reported to have hepatomegaly and ultrastructural changes in hepatocytes but normal synthetic liver functions (Flick et al., 1986) . Our patient has shown decreased synthesis of various coagulation factors in the liver independent of hyperammonaemia. We speculate that the argininosuccinase deficiency causes progressive liver disease and may eventually lead to liver failure. The increase in ammonia and PTT after fresh frozen plasma transfusion suggests that the protein load of FFP aggravated the liver dysfunction.
